SUMMARY A regional genetic register for Huntington's chorea in South Wales is described, based on previous family studies in the area, which is one of high prevalence for the disorder. The primary role of the register is to help in the efficient delivery of services, including genetic counselling, to affected subjects and relatives, and to monitor changes in the population at risk. The mode of operation of the register is described and the essential importance of strict confidentiality is stressed.
Since 1973 a systematic study of Huntington's chorea (HC) has been in progress in South Wales. An initial survey attempting complete ascertainment was undertaken for the counties of Gwent and Glamorgan, comprising almost the whole of industrial South Wales with a population of 1*8 million. A high frequency of the disorder was found, with prevalence estimated at 7.6 per 100 000 and heterozygote frequency close to 1 in 5000.1 Around 120 affected subjects with HC are alive in the study area at any one time, and the number of subjects in the area whose risk of developing HC exceeds 1 in 10 is around 1000. 2 Following the initial survey, a system of prospective surveillance was established for the family members at high risk, combining systematic genetic counselling with general support and with regular home visits to collect data concerning new births and other family changes. The preliminary results showing an apparent decline in high risk births have already been reported. 3 Our prospective studies have only been made possible by the establishment of an efficient system of record keeping, which has in effect become a genetic register for HC in South Wales. We describe here the way in which the register evolved, its present mode of operation, its immediate and long term aims, and some of the special and general problems encountered in its management.
The establishment and development of The data selected consisted of the identifying information on the index cards, together with the linking structure of the original computerised data, allowing new information on one individual to be related to that on others within the kindred. In particular, the system of risk estimation based on a life table method4 was incorporated in such a way that development of the disease in one family member would automatically adjust the risk estimates for all other family members.
A conscious decision was made to exclude two items of information, name and address, from the main file. Instead this information was placed on a separate file, together with the unique numbers of individuals, which formed a link between the two files. The file containing name and address was subsequently destroyed, except for two copies within the Genetics Unit, and all further data entered on and produced by the main file contained no name and address. There were two reasons for this decision.
Firstly, the computer used for constructing and maintaining the register was not entirely dedicated to the Genetics Unit, though accessed from its own terminal within the unit. It was felt that as a general principle no identifying information should be allowed outside the Unit.
Secondly, the production of large numbers of listings and follow up forms inevitably increased the chance of loss of one of these. Without the identifying information on the form and without access to the linking file such information would be relatively meaningless if it fell into the wrong hands.
Current operation of the register
Since January 1980 information on all except a few newly diagnosed families has been placed on the register and the system of information updating and home based follow up has been entirely related to it. Data are entered and outputted through a terminal in the Genetics Department, which consists of a visual display unit with printing attachment. The discs containing the main file are maintained in the computing section of the Department of Medical Statistics, to which the terminal relates.
The main sequence of operation is shown in the figure. Essentially, the main body of data is held in the computer in a storage file and can be altered by new information, either entered directly on that individual or on another related individual.
Registration of new subjects, either born or identified after the setting up of the main file, is achieved by completion of a specific form containing the information otherwise provided by the original card system and survey data. A Problems associated with the register These may be divided into specific operational difficulties and more general problems. The first category has been surprisingly lacking, apart from delay in the production and processing of forms in the early stages of the register. With the system now fully operational for more than a year, both the registration of new individuals and the follow up of family members has proceeded smoothly, and the staff involved have found the system easy to work with.
Confidentiality
Concern regarding the confidentiality of all recorded information has been a major concern from the outset of our studies on HC. Because of the lack of computerisation of identifying data and because our register is essentially an extension of our personal records system, we do not ask permission before placing an individual's name on the register, but do ask permission before releasing any information and to keep in regular contact. In this respect our register is fundamentally different from registers where information is entered and retrieved by more than one group of workers.5 The limitation of our register to a defined and compact geographical area means that the families are all known personally to us in a way that would not be possible were the register a national one, or maintained by people not intimately concerned with the clinical care of the families. Long term aims Establishment of a regional register for HC has not been an aim in itself, but has been a tool in our long term prospective study of the disorder in South Wales. There is no doubt that our aim of documenting trends in future prevalence in relation to genetic counselling and other preventive measures would be impossible without such a register, and it is likely that the effectiveness and completeness of the supporting services which we attempt to provide would be seriously impaired.
A further aim of establishing our register has been to demonstrate the feasibility of approaching the long term prevention of HC on a regional basis, and to encourage others to consider a comparable approach. While we would urge caution in view of the expense, time, and staff that are required to undertake such a project satisfactorily, we feel that regional centres such as our own, serving populations of 1 to 4 million people, are the natural level at which this type of service should function. To our knowledge, only one other region in the UK has embarked on a similar project. Conclusion The evolution of a regional register for Huntington's chorea in South Wales has taken place over a period of 8 years, during which time all known families in the area (122 kindreds at present) have been identified and studied intensively. The computerisation of the register has considerably aided our attempt to follow regularly and to provide genetic counselling for all subjects at high risk within the families, and we are currently maintaining contact with 986 such individuals.
During the time the register and its preceding record system has been in operation, a marked drop in high risk births, suggesting a decline in future incidence, has been recorded. While it is not possible to be certain that this drop is the direct result of the systematic genetic counselling and family support that we have given, it is certain that without the register we should not have been able to monitor the changes that have occurred.
We believe that if an attempt at the long term prevention of HC is to be made, a register such as our own is an essential part of such a programme. We have shown that it can function efficiently and be acceptable to families and we hope that as more effective diagnostic and therapeutic measures become available, the existence of the register will ensure that these are effectively applied.
